SUMMARY Twenty-nine patients with Apert's syndrome were ascertained through hospital records. 
70), four patients (14%) were moderately retarded (IQ 35 to 49), and two patients (7%) were severely retarded (IQ <35). Early craniectomy did not appear to improve intellectual outcome. Six of the seven school leavers with normal or borderline intelligence were in full time employment or vocational training.
Apert's syndrome is the most widely recognised craniosynostosis syndrome. It was first described by Wheaton' in 1894 and subsequently further cases were reported by Apert2 in 1906. It consists of an irregular craniosynostosis associated with a tall, brachycephalic skull, midfacial hypoplasia, reduced supraorbital ridges, and a beak shaped nose. The palate is narrow and often cleft. The syndactyly in the hand usually involves the second, third, fourth, and fifth fingers leading to a mitten shaped appearance, and the syndactyly in the foot usually involves all the toes. A variety of visceral abnormalities has also been reported. 3 Mental retardation may be present, but the incidence of mental impairment and prognosis for intellectual development has not been clearly de- purposes of this study the borderline and normal IQs were grouped together, as some children were assessed by psychologists as 'average' or 'low average' intelligence. No child who had a formal assessment had an 1Q greater than 100. The relationship between cranial surgery and intelligence is shown in table 2. All children with craniectomies had had the procedure performed in the first year of life. The Tessier procedure was performed later, around the time of puberty. There was no significant difference in the proportion of patients with craniectomies in the retarded and nonretarded groups (X2=0-24, NS).
A survey of the educational placement of the 29 patients showed that the 15 retarded patients all went to special schools, although one child had been placed in a school for the deaf rather than a school for the educationally subnormal ( The study showed that 52% of patients with Apert's syndrome had an IQ below 70. Severe mental retardation was rare and in one of the two cases with severe retardation, birth asphyxia was almost certainly a contributory cause. An IQ greater than 70 (borderline or normal IQ) was present in 48%. In this group it was not possible to define further the range of IQs, as some of the assessments were made qualitatively by a clinical psychologist. None of the patients was assessed as having an IQ above the normal range.
The children followed in this study entered their education before the Education Act 1981 took effect. This is reflected in the fact that three of the patients who were not retarded were sent to schools for the educationally subnormal.
One of these three was a notable example of misplacement. She was a girl who had been abandoned by her family because of her physical deformities and spent the first seven years of her life in a residential home for the mentally handicapped. After the staff of the home noted that she had greater abilities than her contemporaries she was formally tested by a psychologist, found to have an IQ in the normal range, and was placed in state education. She subsequently left school with four CSE passes and is taking a vocational training course in catering.
A useful measure of the quality of life with a particular handicap is the ability to find a satisfactory job and be financially independent. Seven of the school leavers had IQs greater than 70 and, of these, four were in full time employment and two were on vocational training courses. This level of employment, particularly in the presence of widespread youth unemployment, is very satisfactory. In terms of employment, the special skills that some patients reported are of special note. The ability to type in particular has contributed to the employment prospects.
It is impossible from this study to draw any firm conclusions on the life expectancy of Apert's syndrome. However, four of the 36 patients originally ascertained died as infants (at four months, two months, five months, and 10 months). One further patient died aged 27 years from asphyxia during status epilepticus. 
